A 53-year-old man presented with pedal edema and facial puffiness of 6 months' duration. Nephroticrange proteinuria was diagnosed 3 months earlier and empirically treated with prednisolone, 50 mg/d, without a response. Physical examination was notable for blood pressure of 140/86 mm Hg while on treatment with losartan, 25 mg/d, and pitting pedal edema (21) up to the knees. Urine dipstick showed protein (31), and urine microscopy revealed 6 to 7 red blood cells/high-power field. -Describe the kidney biopsy findings. 
DISCUSSION
-Describe the kidney biopsy findings
Light microscopy shows lobulated to nodular glomeruli without increased cellularity, but marked mesangial expansion and thickening of capillary walls by accumulation of pale eosinophilic homogenous material (Fig 1A) . This material was not stained with periodic acid-Schiff (Fig 1B) , methenamine silver, Congo Red (Fig 1D) , and thioflavin T, but stained blue with Masson trichrome ( Fig 1C) . Electron microscopy (EM) demonstrates the presence of banded collagen fibers in the mesangium and subendothelial regions (Fig  2A) , arranged in irregular curvilinear bundles exhibiting characteristic cross-striations with a periodicity of 50 to 60 nm (Fig 2B) . There is prominent expansion of the lamina rara interna, but no fibrils or mottling in the lamina densa. There are no electron-dense immune complex-type deposits. Podocyte foot processes are extensively effaced.
-What is the pathologic diagnosis, and what additional investigations are recommended?
The histology is suggestive of a glomerulopathy due to accumulation of extracellular fibers in the mesangium and capillary walls. Nail-patella syndrome, an inherited collagen type III glomerulopathy caused by mutations in the LMX1B gene, is a related diagnosis with banded collagen deposits in the lamina densa, giving a "motheaten" appearance. In this case, the spared lamina densa and absence of extrarenal manifestations rule out nail-patella syndrome.
While levels of procollagen type-III peptide (PIIINP), a posttranslational cleavage product of type III collagen, are elevated in serum and urine of patients with fibrotic conditions, in collagenofibrotic glomerulopathy, they are increased markedly (10-100 times normal). Although such high levels of serum and urinary PIIINP can support the diagnosis, they were not measured in this patient.
-What are the clinical manifestations of this disease?
Collagenofibrotic glomerulopathy often occurs sporadically in adults, with no age or sex predilection. A few cases have been reported in siblings whose parents had no kidney disease, supporting the possibility of a genetic disease with autosomal recessive inheritance. 
